SUMMARY -A case of Creutzfeldt-Jakob disease (CJD) in a 32 year old man is presented. The clinical picture included a rapid progressive dementia associated with ataxia, global aphasia, myoclonus and pyramidal signs, death ocurred after 13 months. The diagnosis of CJD was confirmed by CT and neuropathological studies. This is the first report of CJD occurring in Venezuela.
Physical examination: admitted in bed, stupored state, fever of 39t>C, blood pressure of 100/ 70mmHg. The addominal and cardiopulmonary examination showed no abnormalities. Presence of decubitus scars in the gluteal region, and lower limbs. Neurologic examination: hypertonic, spastic, muscle masses atrophied, abulic, uttering guttunal sounds, motor sensible aphasia, hyperephlexic, abdominal reflexes abolished, Hoffmann bilateral negative, Babinski bilateral positive and positive succedaneious, suction and prehension reflexes present, palmomentuial reflex present, positive clonus in hands, knees and feet. Complementary examinations: blood count and usual biochemical examinations normal; a second CT scan of the brain revealed a marked increase in the cortical grooves and silvian fissures, lateral ventricles and the third ventricle show lan increase in volume (Fig. lb) , and an image compatible with a subdural collection may be seen on the right frontoparietal region (Fig. lc) . The patient died from intercurrent pulmonary disease 13 months after onset of clinical frame.
Neuropathology -Encephalon weighting 1050 g, presenting a marked diffuse cortical atrophy of the convolutions. Coronal sections showed marked thinning of the cortical ribbon which wias granular in appearance and dilatation of the ventricles. The basal ganglia, particulary the caudate nuclei were atrophic. Microscopy revealed the characteristic spongiform change, neuronal loss and gliosis of the cerebral cortex (Fig. 2) . COMMENTS '1 he recent reports of young patients with CJD after human growth hormone therapy (prepared from pools of pituitary glands obtained at autopsy) is alarming, and probably new cases will be described 3,6,8,13.
CJD is a well-known clinico-pathological entity 2,4,11,14-17 -with a worldwide distribution, and an incidence of about one per million 10. Argentina 12 , Brazil 1.9 and Chile 5 are some South American countries where the disease has been recognized. We present the clnico-pathological aspects of the first case of CJD in Venezuela.
Clinical picture of the patient included rapid progressive dementia associated with global aphasia, ataxia, myoclonus and pyramidal signs. Diagnosis was confirmed uy ti and neuropathological findings.
Acknowledgement -I thank to Ms Magali de Gómez for her excellent technical assistance.
COMMENTS '1 he recent reports of young patients with CJD after human growth hormone therapy (prepared from pools of pituitary glands obtained at autopsy) is alarming, and probably new cases will be described 3,6,8,13.
